Acantholytic dyskeratosis (AD) is a histologic pattern seen in Darier's disease or dyskeratosis follicularis, warty dyskeratoma, and transient AD. This pattern is characterized by suprabasilar clefting, acantholysis, and formation of corps ronds and grains. We present a case of AD that is unique based on its genital location and cystic architecture. A 53-year-old woman presented with an otherwise asymptomatic cyst on her left vulva of uncertain duration. On microscopic examination, there were fragments of cystic epithelium with areas of hypergranulosis, acantholysis, corps ronds, and corps grains formation. These features are felt by the authors to be a unique presentation of a follicular adnexal neoplasm.
INTRODUCTION
Acantholytic dyskeratosis (AD) is a histologic pattern characterized by hypergranulosis, acantholysis, suprabasilar clefting, and formation of corps ronds and grains. This can be seen in Darier's disease (DD) or dyskeratosis follicularis, transient acantholytic dyskeratosis (TAD) or Grover disease (GD), as well as in isolated lesions, such as warty dyskeratoma (WD), acantholytic dyskeratotic acanthoma, and as an incidental histopathologic finding of isolated AD. DD, TAD, and WD are all papular dermatoses. DD is an autosomal dominant disease, whereas TAD and WD are nonhereditary. DD and TAD occur most commonly in seborrheic areas and WD most commonly in the head, neck, trunk, and extremities. [1] [2] [3] There have been rare cases of oral and genital involvement reported. [4] [5] [6] [7] [8] We present a case of acantholytic dyskeratosis that is unique based on its genital location and cystic architecture.
CASE REPORT
A 53-year-old woman presented with an otherwise asymptomatic cyst on her left vulva of uncertain duration. The initial clinical diagnosis was vulvar abscess. There was no known history of generalized skin conditions with similar histology and there were no associated lesions of the vulva or the cervix. The family history was negative for DD or other multiple dermatologic papules and nodules. The lesion was surgically removed and submitted for routine histologic processing and staining with hemotoxylin and eosin. On microscopic examination, there were fragments of cystic epithelium with areas of hypergranulosis, acantholysis, suprabasilar clefting, and corps ronds, and grains formation [ Figures 1-3 ]. These features were felt to represent isolated dyskeratosis follicularis arising in the context of an infundibular cyst.
DISCUSSION
Changes of dyskeratosis follicularis are unusual in the genitalia but there have been cases of multiple papular lesions on the genital area reported under various terminology, including "papular acantholytic dyskeratosis" [9] and acantholytic dermatosis of the vulvocrural fold. [10] Solitary lesions of dyskeratosis follicularis have rarely been reported in this area. In fact, in a review of 28 cases of isolated dyskeratotic acanthoma, none occurred in the genital area. [11] We were able to identify three reports of solitary genital lesions of isolated AD [7, 8, 10] [ Table 1 ]. One of the six vulvocrural cases described in the series by Cooper [10] exhibited cystic invaginations with multiple follicular connections and histologic features of Lora et al.'s [8] report of WD on the mons pubis also histologically showed a similar cup-shaped cystic invaginations involving multiple indundibulae. And of the three vulvar cases of WD reported by Duray et al., [7] at least one appears to show a cystic invagination adjacent to or involving a pilosebaceous unit. However, none of these genital cases of AD demonstrated changes with a truly cystic architecture, as seen in our patient.
Our patient's lesion could be considered to represent an unusual presentation of WD. WD commonly presents as a solitary, keratotic papule or nodule on the sun-exposed areas in middle-aged males. Histologically, WD displays broad, well-circumscribed invagination of a hyperplastic epidermis with hypergranulosis and papillomatosis, suprabasilar acantholysis, villi formation of the dermal papillae, and presence of dyskeratotic squamous cells (corps ronds and grains). Histologic overlap of cystic, nodular, and cup-shaped patterns have been noted in a large clinicopathologic review of WD. [3] The cystic lesions are described as well-circumscribed nodules composed of one or several large infundibular cystic structures filled with masses of keratin material located in the papillary and upper reticular dermis. The cystic structures have a stratified squamous epithelial lining with foci of hypergranulosis and papillomatosis. A focal connection to the epidermis is sometimes observed.
Although it lacked the typical hyperplastic villous-like proliferations at the periphery seen in other cases of WD, this lesion presented herein otherwise exhibited hypergranulosis, dyskeratosis resulting in "iris" and "target" morphologic features of corps ronds, and suprabasilar acanthoysis, all of which are typical of WD. The cystic architecture described by Kaddu et al. [3] in other locations is reminiscent of our lesion, suggesting our lesion may lie on a spectrum of infundibular cyst and WD. [3] Contiguity with cystic infundibular structures described in the genital cases reported by Cooper [10] and Lora et al. [8] lends further support to the theory that WD is a distinctive follicular adnexal neoplasm. Kaddu et al. [3] show a clear-cut histologic connection of these lesions to rudimentary pilosebaceous units or at least were located adjacent to a pilosebaceous unit. In another retrospective study, [12] CK1 and CK10 were expressed in the suprabasal levels of the WD cases, whereas CK5 and CK17 were appreciated in the basal layer. This pattern of expression of cytokeratin markers further supports WD as an adnexal neoplasm with follicular differentiation. The term follicular dyskeratoma has been proposed to acknowledge the follicular infundibular origin of WD. [3] In keeping with this theory, we feel that the infundibular cystic features seen in our patient's lesion represent a spectrum of changes that can be seen in follicular dyskeratoma.
Vulvar WD with cystic configuration has never been reported [based on PubMed search], and to the best of our knowledge, our case is the first to describe such a lesion occurring on this site.
In addition to the various presentations of AD, the differential diagnosis of acantholysis on the vulva may include pemphigus vulgaris, herpes simplex virus, and Hailey-Hailey disease. These entities are excluded in the absence of positive immunofluorescence in pemphigus, presence of viral changes in herpes, and more prominent acantholysis and less dyskeratosis in Hailey-Hailey. Acantholytic squamous cell carcinoma (SCC) is differentiated by the absence of cytologic atypia in WD. Clinically, genital WD may resemble condylomata and bowenoid papulosis. These may easily be distinguished histopathologically.
Interestingly, cystic DD, [13] cystic SCC, [14, 15] and keratoacanthoma with associated cystic sebaceous tumors in a Muir-Torre syndrome patient [16] have been reported. Although rare and reported to occur at nongenital sites, these entities should be considered as the most important differential diagnoses for cystic WD.
The definitive treatment for WD is surgical excision. [3] Topical tazarotenic acid gel was reported to be effective in one patient. [17] In summary, we present a rare case of AD that is unusual in its cystic presentation and genital location. This is thought, by the authors, to be a unique presentation of a follicular adnexal neoplasm, lying on the spectrum of WD or follicular dyskeratoma.
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